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Abstract : Interstitial pneumonitis includes more than a hundred diseases in which
alveolitis is the main manifestation of the affected lung. Symptoms such as dry cough
and exertional dyspnea, fine crackles on chest auscultation, interstitial infiltrates on
chest X-ray films and CT scans, respiratory function tests, and Ga-67 scintigraphy have
been used for the diagnosis and the evaluation of disease activity. However, the poor
prognosis of some types of interstitial pneumonitis has not been improved . We discov-
ered a high molecular weight mucin-like antigen, designated KL-6, which is also known
as MUC1. The serum level of KL-6/MUC1 was elevated in 70-100% of patients with inter-
stitial pneumonitis, such as pulmonary fibrosis (either idiopathic or related to collagen-
vascular disorders), hypersensitivity pneumonitis, sarcoidosis, and radiation pneumonitis.
The levels were significantly higher in patients with active disease than in those with
inactive disease. In contrast, patients with noninterstitial lung disease did not show a
significant elevation of KL-6/MUC1. Furthermore, the serum KL-6/MUC1 level was found
to be an early predictive marker of the therapeutic effect of high-dose corticosteroids in
patients with rapidly progressing idiopathic pulmonary fibrosis. These results indicate
that KL-6/MUC1 may be a useful serum marker for the diagnosis and monitoring of
patients with interstitial pneumonitis. J. Med. Invest. 46 : 151-158, 1999
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Negative
Positive
Weak Moderate Strong
Normal Lung Type I pneumocytes
Ciliated bronchial cells
Goblet cells
Mucous cells of the bronchial
gland
Basal cells of terminal
bronchioli
Type II pneumocytes
Respiratory bonchiolar epithelial
cells
Serous cells of the bronchial
glands
Others Surface mucous cells of
the stomach
Pyloric gland cells
Epithelial cells of theduodenum
Epithelial cells of the rectum
Epithelial cells of the colon
Acinar cells of the pancreas
Leukocytes
Red blood cell
Fundic gland cells
Ductal epithelial cells of the
mammary glands
Ductal epithelial cells of the
pancreas
Interstitial lung
disease
Granuloma
Giant cells Regenerating pneumocytes
Malignant cells Some malignant cells
  Most malignant cells 
Pulmonary adenocarcinoma
Pancreatic adenocarcinoma
Breast adenocarcinoma
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Positive rate
0-10% 10-30% 30-70% 70-100%
Benign diseases Lung Alveolar pneumonia
Bronchial asthma
Chronic bronchitis
Emphysema
Bronchiectasis
Pneumoconiosis
Pulmonary
tuberculosis Diffuse panbronchiolitis
Sarcoidosis
Pulmonary tuberculosis with
widespread involvement of
the lungs
Idiopathic pulmonary fibrosis
Hypersensitivity pneumonitis
Radiation pneumonitis
Collagen vascular disease-
associated interstitial pneumonitis
Pulmonary sarcoidosis
Drug-induced pneumonitis
Pulmonary alveolar proteinosis
Others Hepatitis
Liver cirrhosis
Pancreatitis
Cholecystitis
Malignant diseases Gastric cancer
Colon cancer
Rectal cancer
Hepatic cell cancer
Squamouscell
carcinoma of
the lung
Pulmonary adenocarcinoma
Pancreatic adenocarcinoma
Breast adenocarcinoma
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Marker Expression
Interstitial pneumonitis Alveolar pneumonia
Other diseases causing abnormal levels
ELF Serum Serum
LDH
KL-6
SP-A/SP-D
MCP-1
Cell lysis
Constitutive&
inducible
Constitutive
& inducible
Inducible
?
?
?
?
?
?
?
?
?????
?
?
?
Any type of tissue damage
Pulmonary adenocarcinoma, Pancreatic
cancer, breast cancer, primary alveolar
proteinosis
Pulmonary adenocarcinoma, primary
alveolar proteinosis
Inflammatory diseases
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